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INTRODUCTION:  Dubin–Johnson  syndrome  (DJS)  is unusual  during  common  medical  work.  Moreover,
cholecystolithiasis  and  choledocholithiasis  involvement  has  not  been  reported.
PRESENTATION OF  CASE:  We  describe  a  case  of  DJS complicated  by cholecystolithiasis  and  choledocholithi-eywords:
ubin–Johnson syndrome (DJS)
holecystolithiasis
holedocholithiasis
asis.  A 49-year-old  man  accepted  by  outpatient  complained  with  intermittent  cramping  pain  in  right
upper  abdomen.  It is diagnosed  as  cholecystolithiasis  and choledocholithiasis.  We  found  the  dark  greenish
liver  when  the  operation  was  performed.  Liver  biopsy  conﬁrms  the  DJS.
DISCUSSION: It is  the ﬁrstly  reported  case  DJS  related  to the  cholecystolithiasis  and  choledocholithiasis.
CONCLUSION: Cholecystolithiasis  and  choledocholithiasis  may  develop  in DJS.  DJS  is possible  a  reason  for
oled
gical cholecystolithiasis  and  ch
© 2013 Sur
. Introduction
In 1954, Dubin and Johnson reported 12 patients with hyper-
ilirubinemia. The results revealed that unidentiﬁed pigment in
iver cells.1 Clinical features of Dubin–Johnson syndrome usually
nclude a predominantly conjugated hyperbilirubinemia and a dark
iver whose color can range from black to slate gray. Patients
ay present with abdominal pain, fatigue, dark urine and so on.
any DJS patients have a favorable prognosis, although many clin-
cal symptoms accompanied with them. However, it is indeﬁnitely
hether DJS can cause other diseases just like cholecystolithiasis
nd choledocholithiasis. Here we report a DJS patient with chole-
ystolithiasis and choledocholithiasis in order to provide some clue
o explore their relationship.
.  Case presentation
We  report a case of Dubin–Johnson syndrome presenting with
holecystolithiasis and choledocholithiasis. This case conﬁrms
hat Dubin–Johnson syndrome is a cause of cholecystolithia-
is and choledocholithiasis. Our hepatobiliary surgery outpatient
epartment accepted a 49-year-old man, who presented with
symptomatic mild-moderate yellow skin, sclera and urine for
bout 40 years. The jaundice was not accompanied with fever,
bdominal pain or any mass. Besides, the patient was  also with-
ut related itching, pale stool and weakness. The patient does not
ay great attention to these abnormal presentations until suffered
rom intermittent cramping pain in right upper abdomen as well
s radiating to the interscapular region a month ago. The patient
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did not represent other discomforts such as fever, shiver, abdom-
inal distension and diarrhea. Additionally, there was  no apparent
loss in body weight. The patient has no history of hepatobiliary
or other systematic diseases. The heart and lung was  normal. It
is necessary to stress on that his only brother also has history of
long-term jaundice. None in his relatives has similar problems. A
physical examination revealed abdomen ﬂat with slight tender-
ness over the right upper quadrant as well as no muscular spasm
and rebound tenderness. The liver and spleen cannot be touched
distance from costal margin, and there had no tenderness while pal-
pation. Examination of other systems showed nothing abnormal.
Investigations revealed the following values: total serum biliru-
bin 140.27 mol/L, direct serum bilirubin 72.56 mol/L, indirect
serum bilirubin 67.71 mol/L, aspartate aminotransferase 70 U/L,
alanine aminotransferase 164 U/L, r glutamyltransferase 252 U/L,
serum alkaline phosphatase 128.72 U/L. HBsAg, anti-HBc (total) and
anti-HCV were negative. The levels of tumor markers assessed,
including CA125 and carcinoembryonic antigen (CEA), were within
the normal ranges. Abdominal sonography and magnetic reso-
nance cholangiopancreatography showed cholecystolithiasis and
choledocholithiasis. After elaborative preparation, we  decided to
perform cholecystectomy and choledocholithotomy. However, we
were surprised at the dark greenish liver (Fig. 1). We felt ordinary
consistency and smooth surface when touched it. A liver biopsy
was performed. Fig. 2 showed normal lobular architecture and the
coarse dark-brown pigmented granules scattered among hepato-
cytes cytoplasm. Both the clinical and liver biopsy features were
consistent with those of Dubin–Johnson syndrome.
Open access under CC BY-NC-ND license. 3. Discussion
Dubin–Johnson syndrome (DJS) is an autosomal recessive dis-
order. DJS is caused by the deﬁciency of canalicular multispeciﬁc
NC-ND license. 
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Fig. 1. Abdominal wall has been opened, the dark greenish liver exposed.
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Medicine  1970;39:549–67.ig. 2. Liverbiopsy specimen showing normal lobular architecture and the coarse
ark-brown pigmented granules scattered among hepatocytes cytoplasm.
rganic anion transporter (cMOAT) gene (ABCC2/MRP2 superfa-
ily), which is located at10q24.2.2 Patients with DJS usually show
ccumulation of conjugated and unconjugated bilirubin in blood
est. Although they always present a continual hyperbilirubinemia,
he results of liver panel are mostly normal.PEN  ACCESS
gery Case Reports 4 (2013) 587– 588
The  beginning of the DJS is usually in early adulthood, commonly
companied with mild symptoms which always been ignored. Occa-
sionally patients complain of weakness and vague abdominal
pain, and associating with no obvious physical signs.3,4 Actually,
most DJS patients have a normal life span. Regarding to the sin-
gle DJS, treatment is usually unnecessary because the favorable
prognosis.
This patient presented with cholecystolithiasis and choledo-
cholithiasis. It suggested that Dubin–Johnson syndrome (DJS)
maybe a cause of cholecystolithiasis and choledocholithiasis. The
diagnosis of DJS is mainly according to liver biopsy which shows
brown pigment inside hepatocytes. Finally, we performed chole-
cystectomy and choledocholithotomy. It is the ﬁrst time to report
DJS with cholecystolithiasis and choledocholithiasis. The role
of Dubin–Johnson syndrome in cholecystolithiasis and choledo-
cholithiasis remains elusive.
During  clinical works, liver biopsy should be done in time to
conﬁrm whether patients have DJS when they repeatedly occurred
with conjugated and unconjugated hyperbilirubinemia as well as
normal serum transaminase but without obstruction in or outside
liver and other liver diseases.
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